Intestinal pseudo-obstruction is defined as a syndrome in which symptoms and signs of intestinal obstruction occur without evidence for a mechanical obstruction."2 Previous reviews3'4 have highlighted the heterogeneous nature of the syndrome with a wide variety of clinical associations, pathological abnormalities of the smooth muscle or myenteric plexus, and presenting features. The acute syndrome (Ogilvie's syndrome) has been associated with postsurgical, post-traumatic and medical conditions and is potentially reversible.5 Chronic intestinal pseudo-obstruction (CIPO) has been described in association with a large number of disease entities and drugs3'6 but no underlying cause can be identified in a proportion ofpatients in whom the disease is thought of as primary.
The last few years have seen considerable advances in our understanding of primary CIPO. Both children and adults may be affected and In a recent report, a spectrum ofabnormalities of myenteric plexus in infants and children with CIPO has been described.7 These include: (a) absence of myenteric plexus; (b) small numbers of neurons present on H&E stain but absence of the plexus on silver stain; (c) myenteric plexus present but decreased argyrophilic neurons on silver stain.
Failure of development of neurons can be morphologically distinguished from degeneration4 and aganglionosis of the colon or the entire intestine has been described. ' 156
Amongst visceral myopathies, familial hollow visceral myopathy can be dominant'7 or recessive. '8 The dominant form may have a better prognosis. Though it has been suggested that endoscopic biopsy may be useful in making a diagnosis,'9 this generally has not been the experience of most workers. Marked dilatation of the entire gastrointestinal tract20 and an association with dysplastic naevus and multiple basal cell carcinoma2' have been described. The muscle cell abnormalities in all these types have been well described.4 Sporadic cases have also been reported including a childhood case caused by a disorder closely resembling progressive systemic sclerosis.22
It is of interest that a French group23 has reported mitochondrial abnormalities in a patient with CIPO associated with myopathy and ophthalmoplegia. The muscle mitochondria had a crystalline appearance with a dense core and decreased cytochrome c oxidase and succinate cytochrome c reductase activities. No mitochondrial DNA deletion could be demonstrated in the skeletal muscle but this does not exclude such abnormalities in intestinal muscle.
Conventional contrast radiology continues to be the first-line investigation to exclude mechanical obstruction. Moreover, radiological features24 along with associated clinical features help in classifying CIPO into neuropathic and myopathic forms (Table III) .
Oesophageal manometry is useful as a normal recording makes CIPO an unlikely diagnosis. 25 Antroduodenal motility may help in distinguishing neuropathic and myopathic forms. Stanghellini26 has described abnormal small bowel manometric 
